Norrie's disease is an X linked recessive condition of bilateral ocular malformation and blindness. Gordon Norrie (1927) identified nine Danish boys with 'atrophia oculi congenita'.' The eye looked as 'if it had decayed after a very serious process of inflammation'. In 1961 Andersen and Warburg proposed these cases of congenital bilateral pseudotumour of the retina should be named Norrie's disease. 2 The initial ocular manifestation of Norrie's disease is a grey or greyish yellow tumour like mass (pseudotumour) behind both lenses. During the first few months of life, the lenses develop cataracts and the corneas progressively opaque. Ocular pathology includes haemorrhage, vitreous opacities, glaucoma, iris atrophy, and synechiae. Phthisis bulbi is present by the end of the first decade.
Blindness is usually total by the end of the neonatal period. A few children have preservation of light perception in the first few years. Warburg postulated that blindness in Norrie's disease is due to a developmental dysplasia of the retina, which leads to total retinal detachment and proliferation of retinal vessels. recently reassessed on the British ability scales, scored in the above average range and two (cases a and f) in the superior range of norms for sighted children. Four children, equally divided between study and control groups (cases b, e, A, B), showed a plateauing in their developmental skills around the age of 2 years. At last assessment they would be described as mentally retarded. In both groups, regression or poor progress seemed to be associated with illness requiring frequent hospital admissions or social deprivation (table 2). All these children showed evidence of continuing development, although at a slower rate than normal. . . 
